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1 the am of m %t$&Mm amount of one m mm catalysts which ft/ate m&$m@fa) 
btopng to the beme fcfospl&eSe pathway, or an anQmafMy equivalent part or 
^natogiija thereof together with a p^amrnoBUtic^ly a©cepts*bte canier, far Sk» pfeparagert 
of a pharmaceutical <&ffi$o$itifth for treatment or prophylaxis of a disease caused by a 
if f in a iybject, of an enzymt feetorifirig to She heme blosynihetie pathway. 



2 (&ra&&<Us<3j - A method £0$ tfm px^paration o-f :rh.FB€D by a 
me t h od coaap r i s i 1*3 

I a ) px D v id t n q a v «et o r. ccmpt i & in g a » axpr «s s s lb 1 $ nuc I ^ i c 
acid: s^quencs? encoding PSMSDi 

Mb) cu&fcux'ing ti**.^ fcran-afotfiaecl host c:t?ll u-rsd&t conditions 
facilitating expression of the nucleic acid 3&qu-«r*c*8; 

[€) recovering the expression product fsom the culture.. 



fern She group coming of 
$Mt&*®tmmimiM mmm acid : 




c^proporph^ri^pg^n oxidase., 
pratoporphy^nogefi oxidftss, and 

flf an &rij^MteaIty : equiueittlt part or i 



thereof. 
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£ amended J 



h Method according 



to claim 2 furfch« 



compx; i s in-g a pmri. fieati on s ttp - 

5, The me a$mt$m§ !& claim I, where!?* c&MpI is a r^mfeinant fowi of th® enzyme 



$ {amerced} . h mmthcd according to claim 2, v/hersir* the 
PESO is recombinant human PB6D &r*ead&d by Sect- ID MO .3 (clon.a 
PBGD 1.1} or Sea. ID NO 4 mon«erythxo PBSD 1.1,1] , 

7 {amended J . An «xpxMJ&ieri p l a mid pExpl-H2-BB as ^tovm in 
Seq. E D .1. 

& Hie acxc^rtir^ to dafem 7, whemff* Ihe catalyst Is lypptiised, 




or 
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9 (raomtedj * A thPBGD produced by the method- of claim 2 ®nd 
able to low&£ the levels of PBG and M<A in .mice during an acute 
attack of porphyria in a trans genie tfcou&$ ^od>*.l wft-er« the PSGD 
gene- has partially been k:^ockeid--out # 

10 (amended) , A rhPBGD having a stability of %t Least 6 
w«k» at 20 *C. 

11 {antiend^d) « A rhPBGD having a stability resulting in a 
decrease in activity of l«sss than .104 per month. 

P leas a add! Uv& follow i&<| n«w claims:- 

1.2 (new): ... fl genetically modified bacterial cell which qo-ss 



:not produce PBSD of nG.m huss&n origin. 

13 (new) Th& C&.11 o£ cLaliffi 12 which furthermore produces 
a recombinant human. ^BGD, 

14 (n.€;vi) , A method o£ ^reducing recombinant hii^n ?BGD 
which co?w|>rl««sa cuitivatiag the c$.U. of claim 13 vodex conditions 
facilitating production ai the rsccHnbinsjit. fruraan PB6D by chat 
cell, 

15 (ne.*) . A method of obtaining a bacterial cell which can 
produce a recombinant hwaa n PBGB fees? of PiBGP c-f northern &n d r ig in 
which £&rap£i.&s.£ t z&nsl&z-nxnq the -of els jut* 12 with an. 
$.&pr&ssion vect&i comprizlnq <?.n &np%®$$i<%>X% nucleic acid sequence 
encoding said recombinant human >>BGD.. 

IS gnew} . The method of claim 14 in which the native 
fed ct& rial hsC gene: is inactivated. 

17 {new} v Th& method af: claim 1 4 in which ch/a naciv s 
bacterial hefftC aene is iaact i vat*<cl by delation* 



